Kennedy's disease, or spinobulbomuscular atrophy, is a rare X-linked progressive neurodegenerative disorder of the lower limbs with no known cure. Clinically, the disease is characterized by progressive weakness and limb and bulbar muscle wasting. Although several cases have been reported in the literature, few have addressed the anaesthetic management of surgical patients with Kennedy's disease. 1, 2) Here, the authors describe a case of Kennedy's disease, in which spinal anaesthesia was successfully administered for elective lower extremity surgery. Understanding the clinical presentation and characteristics of this disease should help achieve safe anaesthetic management.
CASE REPORT
A 43-yr-old man with Kennedy's disease (165 cm high and Lower motor neuron diseases can impair the productions of cholinesterase and acetylcholinesterase, and reduce acetylcholine concentrations at the endplate, and these changes may lead to increased sensitivity to non-depolarizing neuromuscular blocking agents. 7) Depolarizing neuromuscular blocking agents, such as, succinylcholine, are not recommended as they may lead to hyperkalemia and resultant ventricular arrhythmia or fibrillation, 8) and non-depolarizing neuromuscular blocking agents should be titrated with judicious use of a neuromuscular blockade monitor. 6) Regional anaesthesia, although controversial, has been widely used without untoward effects. For peripheral procedures, regional anaesthesia may be a better option than general anaesthesia, because it avoids the need for neuromuscular blocking agents and tracheal intubation. Okamoto E et al 2) in a case report, described successful epidural anaesthesia in a patient with Kennedy's disease that did not exacerbate neurologic signs.
However, in some cases, major and minor neurologic sequelae have been described, though these complications are not limited to patients with Kennedy's disease. 9) When a sensory block extends up to T6 acute restrictive pulmonary deficit can occur requiring careful titration. 10) Total intravenous anaesthesia using a propofol infusion has been reported to provide good intubating conditions in a patient with lower motor neuron disease and to reduce the need for neuromuscular blocking agents.
1)
Summarizing, we reported a patient with Kennedy's disease who underwent spinal anaesthesia without experiencing any neurological complications. We advocate regional anaesthesia as this enables the avoidance of neuromuscular blocking agents.
Nonetheless, the number of reported cases is too small to exclude the possibility of long term neurological complications after regional anaesthesia.
